A 62-year-old woman presented with an 18-day history of diplopia and right-sided ptosis. She had been positive for hepatitis C virus for 10 years and had been diagnosed with hepatic cirrhosis 4 years before. The patient complained of limb weakness 2 years ago and was diagnosed with hepatic myelopathy. T1-weighted images (T1WI) of magnetic resonance imaging (MRI) showed hyperintensity primarily in the bilateral globus pallidus and cerebral peduncle. However, no focal neurological symptoms or signs were noted at that time. Intravenous dexamethasone pulse treatment resulted in complete resolution. Upon admission, neurological examination showed right-sided ptosis, anisocoria (left, 3.0 mm; right, 3.5 mm), and upward gaze diplopia. A hyperactive deep tendon reflex was noted in the lower limbs. The Hoffmann sign was positive on the left side and the Babinski sign was positive bilaterally. The pain and temperature sensation was absent below the C4 level. T1WI showed symmetric hyperintensity primarily in the globus pallidus and the internal capsule ( Figure 1A ) as well as the cerebral peduncle ( Figure 1B ) (blue arrows). The results of contrast-enhanced MRI, magnetic resonance spectroscopy, and cerebrospinal fluid examination were unremarkable. The neostigmine test was negative. The blood level of ammonia was 177 μmol/L, albumin 22.3 g/L, cholinesterase 1926 U/L, and fasting glucose within the normal range. Abdominal ultrasound revealed ascites. Albumin, vitamin B, reduced glutathione, and diammonium glycyrrhizinate did not improve the patient's symptoms. The history of liver disease and typical imaging findings pointed to a diagnosis of acquired hepatocerebral degeneration (AHD).
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Acquired hepatocerebral degeneration is a progressive neurological syndrome caused by various progressive liver diseases, and is characterized by parkinsonism, ataxia, and other movement disorders.
1 T1WI hyperintensity found in the globus pallidus of patients with AHD is due to manganese deposits. 2 However, the exact mechanism of action of manganese neurotoxicity and the reason for the relatively selective vulnerability of the globus pallidus is not known. Oxidative stress has been proposed as an important mechanism mediating manganese toxicity. 3, 4 Although the clinical manifestations of AHD are heterogeneous, the most commonly reported are motor signs such as tremor, akinesia, choreoathetosis, myoclonus, dysarthria, ataxia, and pyramidal signs. 5 In this case, involvement of the interpeduncular fossa and oculomotor nerves may explain the diplopia and ptosis, which has not been documented in literature. Extrapyramidal signs such as parkinsonism were absent in our patient. One explanation is that the damage from manganese deposition to the substantia nigra and the globus pallidus is limited. With the progression of the disease, extrapyramidal signs may gradually develop.
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